cytoplasm filling the papillary dermis, which was consistent with mastocytosis [ Figure 2a ]. On immunohistochemistry, those cells showed membrane positivity for CD117 [ Figure 2b ]. On the basis of clinical picture and histopathological finding, a diagnosis of pseudoxanthomatous mastocytosis was made. He was prescribed with levocetirizine 2.5 mg daily orally along with proper counseling to the parents about avoidance of triggering factors. The lesions were well controlled with the treatment for around 3 months, and he is on regular follow-up.
Case 2
One-year-old male child presented with multiple itchy papules and plaques over the trunk and upper extremities. On examination, there were well-demarcated skin colored to yellowish plaques over the trunk and forearm [ Figure 3 ]. On rubbing the lesion, there was no erythema or urtication (Darier's sign negative). He had no other systemic symptoms. Family history was negative. General and systemic examination was within normal limits. Routine laboratory tests did not reveal any abnormality. Chest X-ray and abdominal ultrasonography were normal. Punch biopsy from the lesion was consistent with mastocytosis. The lesions improved and symptoms were controlled with daily 5 mg of hydroxyzine on regular follow-up for about 5 months till date.
dIscussIon
Mastocytosis is a heterogeneous group of disorders with varied spectrum of manifestations ranging from the involvement of only skin to that of various internal organs. It can occur both in children and adults. In contrast to adult-onset mastocytosis, the disease in the pediatric population is usually benign and resolve spontaneously. [6] In most children, mastocytosis is usually confined to the skin, whereas in adults, it is invariably associated with systemic involvement. About two-thirds of all CMs occur in children. [1] Cutaneous manifestations, which are the most common presentation of mastocytosis, usually occur early in life. There is an increased number of mast cell both in lesional and nonlesional skin. [2] DCM is a rare form of CM accounts for 1%-3% of CM. [6] As compared to other forms of CM, DCM is more likely to be associated with more severe form of systemic symptoms such as hypotension, shock, and diarrhea due to higher concentration of mast cells although the cutaneous lesion may not be proportionate. [7] Fortunately, none of our patients had systemic manifestations. Darier's sign was negative in both of our cases. Although Darier's sign is highly specific of mastocytosis, it may not be positive in all cases, and positivity ranges from 88% to 92%. [8] Xanthelasmoid mastocytosis was first described by Tilbury Fox. In 1975, Griffiths and Daneshbod described pseudoxanthomatous mastocytosis in the form of yellowish nodular lesion resembling xanthoma or pseudoxanthoma elasticum. [9] Some authors believe that the different nomenclatures such as nodular, xanthelasmoid, and pseudoxanthomatous mastocytosis can be used as synonyms as they represent similar clinical conditions with slight variations. [10] We are reporting these cases because of their rarity of occurrence in India. [3] [4] [5] In both of our case, cutaneous lesions were resembling xanthoma, but histopathology reports were consistent with mastocytosis, so a diagnosis of pseudoxanthomatous mastocytosis was made. It is important to distinguish this entity from other closely mimicking dermatosis such as xanthoma disseminatum, juvenile xanthogranuloma, benign cephalic histiocytosis, and confirm the same by histopathological examination as the latter diseases have different prognostic values. As the majority of childhood CM remit spontaneously, it is important to counsel the parents regarding the benign and chronic course of the disease.
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